Background: Folliculosebaceous cystic hamartoma (FSCH) is a rare cutaneous hamartoma consisting of dilated folliculosebaceous units invested in mesenchymal elements. These lesions have a striking predilection for the central face and scalp of adults. The vast majority of lesions present as 0.5-1.5-cm papules or exophytic nodules. A single case of giant FSCH has been reported on the upper back. Methods: A 32-year-old woman presented with a (15 cm in greatest dimension) plaque-like, multinodular lesion on her left upper arm for several years. The lesion was clinically suspected to be a nevus sebaceus. Results: The skin excision showed numerous dermal and subcutaneous dilated follicular structures with peripherally radiating sebaceous lobules, hair follicles, and surrounding mesenchymal elements consistent with FSCH. Conclusion: To our knowledge, this is the second case of giant FSCH. Our case is unique for its larger size, more plaque-like growth, and location on an extremity when compared to the seminal case of giant FSCH.
Background: Folliculosebaceous cystic hamartoma (FSCH) is a rare cutaneous hamartoma consisting of dilated folliculosebaceous units invested in mesenchymal elements. These lesions have a striking predilection for the central face and scalp of adults. The vast majority of lesions present as 0.5-1.5-cm papules or exophytic nodules. A single case of giant FSCH has been reported on the upper back. Methods: A 32-year-old woman presented with a (15 cm in greatest dimension) plaque-like, multinodular lesion on her left upper arm for several years. The lesion was clinically suspected to be a nevus sebaceus. Results: The skin excision showed numerous dermal and subcutaneous dilated follicular structures with peripherally radiating sebaceous lobules, hair follicles, and surrounding mesenchymal elements consistent with FSCH. Conclusion: To our knowledge, this is the second case of giant FSCH. Our case is unique for its larger size, more plaque-like growth, and location on an extremity when compared to the seminal case of giant FSCH. Folliculosebaceous cystic hamartoma (FSCH) was originally described in a series of five patients by Kimura et al. in 1991. 1 FSCH is a rare cutaneous hamartoma composed of dilated, cystic pilosebaceous structures surrounded by various mesenchymal elements. Lesions usually present as solitary 0.5-1.5-cm papules or nodules, with a predilection for the central face and scalp. 2 The majority of lesions are removed in adulthood, although lesions arising in infancy and childhood have been reported.
A giant FSCH was reported by Yamamoto et al. in 1994. 3 The authors described a 7-cm exophytic nodule on the upper back of a 24-year-old Japanese woman. The lesion had histological features in keeping with an FSCH. As the lesion had its onset 6 months after birth, the authors considered this lesion to be a congenital variant.
We present an additional case of giant FSCH. The unique features of our case, compared to the original FSCH, were its larger size (15 cm), more plaque-like growth, and occurrence on an extremity.
Case report
A 32-year-old woman was referred to a plastic surgeon in our institution for evaluation and removal of a (15 cm in greatest dimension) multinodular, plaquelike growth on her left upper arm present for several years. She was otherwise in good health. The clinical impression was that this lesion was a nevus sebaceus ( Fig. 1 ). The skin lesion was excised in toto and reconstructed.
On gross examination, the skin ellipse measured 16.7 Â 8.6 Â 1.2 cm. It was remarkable for a 14.2 Â 8.0-cm plaque-like lesion with vague multinodularity and cobblestone appearance of the skin surface. Cut surfaces revealed several nodules and cystic spaces invested in white fibrous tissue within the dermis and subcutis (Fig. 2) . Some of the cystic spaces exuded thick, paste-like pink-tan contents.
Histological examination showed several dilated, cystic follicular structures lined by stratified squamous epithelium resembling the infundibular portion of a hair follicle or the epidermis (Fig. 3) . Cysts had predominantly infundibular keratinization, but occasional foci of trichilemmal keratinization were seen. The cysts were located in the dermis and subcutis. Many mature sebaceous lobules radiated outward from the cystic structures (Fig. 4) . The cysts were invested in a dense fibrovascular stroma that was focally associated with slight mucin deposition and mast cells, as well as intermingled adipocytes (Fig. 5) . In some areas, the stromal element appeared to be relatively well circumscribed from the adjacent normal skin. One of the cystic structures had rudimentary hair follicles and secondary cysts radiating peripherally. Some of the cysts were acutely or chronically inflamed, and bacteria were seen admixed with keratin and sebum within a few cysts.
Discussion
There are approximately 30 cases of FSCH reported in the literature. [1] [2] [3] [4] [5] [6] [7] [8] [9] [10] [11] [12] However, Yamamoto et al. described the first and, to our knowledge, only case of giant FSCH occurring on the upper back of a Japanese woman. The large size and location were unusual for this entity which typically is 0.5-1.5 cm and arises primarily on the central face and scalp. The lesion they described had a polypoid, exophytic appearance. The lesion in our case was larger and, although multinodular, had more of a plaque-like growth pattern. Another unusual feature in our case was location of the lesion on the upper extremity. The histologic features of our case were very similar to Yamamoto's case. 3 Several reports have discussed various mesenchymal elements that comprise the stromal component of FSCH. Fogt and Tahan 4 reported large expanses of small, thick-walled vessels that were in either loose tufted aggregates, separated, or enveloped within the epithelial units. Donati and Balus 5 presented a case with a moderate proliferation of nerve fascicles surrounding rudimentary hair follicles. Finally, Aloi et al. 6 described large amounts of mucin encasing the fibroepithelial units. Our case demonstrated several mesenchymal components investing the folliculosebaceous structures. The majority of the stroma was composed of dense fibrous tissue with increased numbers of small, thick-walled blood vessels. Clusters of adipocytes were situated high in the dermis in some areas of the lesion, similar to that described by Yamamoto et al. 3 Our case also demonstrated a very focal mucinous component associated with occasional mast cells. All of these features are in keeping with the stromal elements seen in FSCH. Interestingly, we did not observe a neural component in the mesenchymal stroma of this lesion, but we did not perform additional histochemical or immunohistochemical stains to further evaluate this possibility.
Recently, Schulz and Hartschuh 7 have proposed that an FSCH is actually the late stage of trichofolliculoma. They noted that the differential diagnoses of FSCH include sebaceous trichofolliculoma. Two common histologic features of sebaceous trichofolliculoma are the opening of the infundibular cyst to the epidermis and the differentiation of the follicular structures toward lower follicular segments. The authors considered these features to be typical of sebaceous trichofolliculoma but not FSCH. However, these features have been documented in FSCH. The authors proposed that trichofolliculoma undergoes changes in line with the cycle of regression of a normal hair follicle and that the changes in the late stage have much in common with FSCH. These changes include infundibular cyst with sebaceous elements, inferior follicular segments in various stages of regression and rest, a prominent fibrocytic and wellvascularized stroma with accumulations of adipocytes, and variable mucin deposition. The mucin deposition and adipose tissue suggested a degenerative phenomenon. Thus, Schultz and Hartschuh 7 concluded that FSCH was essentially a late-stage form of sebaceous trichofolliculoma. FSCH is a rare cutaneous hamartoma. To our knowledge, our case represents the second reported case of giant FSCH. Our case was unusual for its larger size, location on the upper extremity, and plaque-like clinical appearance compared to the original giant FSCH. Knowledge of this variant may be helpful in arriving at the correct clinical and histologic diagnosis.
